Sir,

A two-and-a-half-month-old infant born out of non-consanguinous marriage by normal vaginal delivery presented with a pigmented patch involving the trunk and whole right leg \[[Figure 1](#F0001){ref-type="fig"}\] since birth. The surface was rugose, leathery, and nodular with no hairs. Multiple satellite lesions of varying sizes were present all over the body. The right leg was thinner as compared to the left leg. External genitalia appeared to be enlarged labia majora with a deep nodular tissue of size approximately 1 × 1.5 cm on right side. On retracting the labia majora, it revealed labia minora, clitoris, and vaginal opening \[[Figure 2](#F0002){ref-type="fig"}\]. The examination of other systems were normal. There was no history of any seizures or focal neurological deficit. The infant was otherwise healthy with adequate feeding. The clinical diagnosis of congenital bathing trunk nevus was made and the biopsy findings were suggestive of congenital melanocytic nevus. The computerized tomographic scan of head and neck showed no abnormalities. The sonography of abdomen and pelvis revealed absent uterus and ovary. Before some higher investigations to rule out associated abnormalities and to confirm the genotypic sex of the infant could have been done, we lost the patient to follow up.

![Deeply pigmented patch over lower trunk and right leg with multiple small satellite lesions](IJD-54-298b-g001){#F0001}

![Labia minora, clitoris, and vaginal opening with enlarged labia majora](IJD-54-298b-g002){#F0002}

Congenital bathing trunk nevus is a congenital melanocytic nevus, also known as garment nevus or giant hairy nevus. The incidence is rare around 1 in 500,000 newborns.\[[@CIT1]\] It is obvious at birth and these lesions have diameters more than 20 cm. It is commonly present in the lower back and thigh areas. Multiple smaller congenital nevi called *satellite nevi* are commonly associated. The surface of the nevus is usually rugose or warty and nodular with large terminal hairs, which become more prominent as the infant grows toward puberty. These have an increased malignant potential. Various associated abnormalities are reported with it, the most common being leptomeningeal melanocytosis. Other common associated abnormalities are spina bifida, meningocoele and club foot and hypertrophy or atrophy of a limb involved by the nevus.\[[@CIT2]\] Hamartomas such as vascular nevi, lipomas, or von Recklinghausen\'s disease may be found.\[[@CIT2]\] Other associated tumors are schwannoma, rhabdomyosarcoma, neuroid tumor, nevus sebaceous, mastocytoma, etc.\[[@CIT1]\] Retrolumbar subcutaneous ependymoma has also been reported with giant bathing trunk nevus.\[[@CIT3]\]

Complete androgen insensitivity syndrome has been described as a X-linked recessive disorder.\[[@CIT4]\] The child is genotypically male but phenotypically female with a blind vaginal pouch, absence of uterus and ovary, and presence of testis. The child develops a female habitus at puberty with breast development but scanty pubic and axillary hair and primary amenorrhoea. There is increased levels of luteinizing hormone, testosterone, and estradiol. Follicle stimulating hormone is normal or increased and there is resistance to androgenic and metabolic effects of testosterone. In our patient, the clinical features can be correlated with this syndrome, but due to lack of investigations the diagnosis could not be established.

We report this case of congenital bathing trunk nevus associated with multiple smaller satellite nevi, atrophy of the right leg involved by the nevus, and a rare coincidental finding of ambiguous genitalia, which has never been reported earlier.
